A 27-year-old female presented with complaints of gradually progressive asymptomatic brownish-to-gray colored raised lesions over the genital region and thighs for the last 2 years. Her sexual and family histories were noncontributory. On mucocutaneous examination, there were multiple grouped brownish-to-gray-colored soft papules over the labia majora, inguinal folds, and medial aspect of both thighs \[[Figure 1](#F1){ref-type="fig"}\]. Few lesions were also present in both inframammary regions \[[Figure 2](#F2){ref-type="fig"}\]. There were no lesions elsewhere on the body. Biopsy from lesions on the medial aspect of the thigh revealed hyperkeratosis, focal parakeratosis, and papillomatosis along with suprabasal cleft filled with acantholytic cells. Cells with rounded nuclei with perinuclear halo and pale cytoplasm were also seen in the granular layer. Biopsy from the inframammary region showed, in addition, upward proliferation of papillae lined by basal cells (villi) and communication of the clefts with the stratum corneum \[Figures [3a](#F3){ref-type="fig"} and [b](#F3){ref-type="fig"}\].

![Multiple grouped brownish-to-gray colored papules over the labia majora, inguinal folds, and medial aspect of both thighs](IJD-63-527-g001){#F1}

![Few brownish papules over the left inframammary region](IJD-63-527-g002){#F2}

![(a) Photomicrograph showing an intraepidermal (suprabasal) cleft with upward proliferation of papillae lined by basal cells (villi), filled with acantholytic cells (H and E, ×100). (b) Photomicrograph showing an intraepidermal (suprabasal) cleft filled with acantholytic cells, which are rounded and have deeply eosinophilic cytoplasm, which is relatively paler in perinuclear location and denser or condensed in the periphery (black arrow) (H and E, ×400)](IJD-63-527-g003){#F3}

Question {#sec1-1}
========

What is your diagnosis?

Answer {#sec1-2}
======

Papular acantholytic dermatosis.

Discussion {#sec1-3}
==========

Papular acantholytic dermatosis (PAD) is a rare type of focal acantholytic dyskeratosis clinically characterized by the presence of skin-colored to grayish-white papules localized to anogenital and genitocrural areas.\[[@ref1]\] In a review of cases by Al-Muriesh *et al*., the mean age at the time of presentation was 38.8 years with a male-to-female ratio of 0.8:1.\[[@ref2]\] The common types of lesion were papules (55.6% of patients) followed by papuloplaque lesions (25.9% of patients) with a history of pruritis in 59.3% of patients.\[[@ref2]\] In females, labia majora is the most common site of involvement.\[[@ref3]\] In our patient in addition to the genitocrural area, lesions were also present in the submammary area. Similar site of involvement was reported by Van Joost *et al*.\[[@ref4]\] in a 35-year-old female. Moisture and occlusion had been suggested as contributing factors based on the location of lesions.\[[@ref1][@ref2]\] PAD is clinically confused with genital warts, molluscum contagiosum, eczema, lichen planus, and candidiasis.\[[@ref2]\] Histopathologically, it needs to be differentiated from other types of focal acantholytic dyskeratoses, i.e., Hailey--Hailey disease, Darier disease, Grover\'s disease, warty dyskeratoma, and acantholytic acanthoma.\[[@ref4]\] Both Hailey--Hailey disease and Darier disease are autosomal dominant conditions with a positive family history. In Hailey--Hailey disease, there are moist erosive plaques with linear fissures in intertriginous areas, while Darier disease is characterized by the presence of warty papules in seborrheic distribution along with characteristic nail changes \[[Table 1](#T1){ref-type="table"}\].\[[@ref1][@ref2][@ref3][@ref4][@ref5][@ref6]\] These were excluded in our patient because of late age of onset, absence of family history, and presence of grayish-brown papules in genitocrural location. Grover\'s disease usually presents with transient lesions over the trunk and proximal extremities and is not localized to the genital area. Warty dyskeratoma presents with solitary papule with a keratotic plug.

###### 

Differential diagnosis of papular acantholytic dermatosis

![](IJD-63-527-g004)

The histopathology of PAD shows hyperkeratosis, papillomatosis, dyskeratoses, and acantholysis along with variable presence of corps ronds and grains.\[[@ref2]\] There have been reports of PAD patients showing *ATP2A2* and *ATP2C1* mutations which are otherwise typically seen in cases of Darier disease and Hailey--Hailey disease, respectively. The above finding in addition to histopathological overlap suggests that PAD may be a mild variant or mosaic form of these diseases.\[[@ref3][@ref5]\]

Treatment is usually difficult and disappointing. Topical steroids and topical calcineurin inhibitors provide symptomatic relief in pruritus with no change in lesions. Topical retinoids, oral retinoids, destructive therapies such as electrocautery, cryotherapy, and CO~2~ laser are other treatment options which provide a temporary reduction in lesions.\[[@ref2]\]

To conclude, proper diagnoses and awareness among the clinicians and pathologists alike about this rare entity are important for pertinent counseling of an anxious patient.

 {#sec2-1}

### Learning points {#sec3-1}

PAD is characterized by the presence of skin colored to grayish-white papules localized to the anogenital and genitocrural areasIt may mimic venereal diseases such as genital warts and molluscum contagiosum, so its correct identification is important to allay patient anxietyThe histopathology of PAD shows hyperkeratosis, papillomatosis, dyskeratoses, and acantholysis along with variable presence of corps ronds and grainsSome cases have shown mutation similar to that of Hailey--Hailey disease and Darier disease. Furthermore, its histopathology overlaps with these diseases; therefore, it may be considered as a mild variant or mosaic form of these diseases.
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